SUMMARY A family is presented in which 10 members over three generations developed a Parkinsonian syndrome. Two siblings had additional clinical and electrophysiological evidence of an associated peripheral neuropathy and sural nerve biopsy in one case revealed axonal loss. This is the third family reported in the literature in which an extrapyramidal syndrome is associated with neuropathy, but differs from earlier reports in that neuropathic involvement was due to axonal degeneration rather than segmental demyelination. 
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Parkinsonian features as part of a familial disorder may occur in isolationl 2 or as part of a more extensive multisystem disease, such as olivopontocerebellar atrophy.3-5 The concomitant development of familial peripheral neuropathy with an extrapyramidal syndrome reported in this paper is more unusual.
Case reports
The index case (II 7) supplied the family history shown in the figure. Ten Behse and Buchthal is 1,650-3,300. Clusters of three or more fibres of small diameter, indicative of regeneration after previous axonal degeneration, were numerous. Their frequency undoubtedly contributed to the maintenance of myelinated fibre density. No active fibre degeneration was seen and no concentric hypertrophic appearances (onion bulbs) were present. Teased fibre preparations showed that approximately 15% of the fibres displayed segmental demyelination and remyelination. This is probably not excessive for the patient's age. Arnold and Harriman7 found an incidence of segmental demyelination and remyelination of about 12% for subjects aged 40-59 in a control series. The density of unmyelinated axons was normal (54,760/mm2).
Discussion
Extrapyramidal signs dominated the clinical picture in both cases examined and preceded other signs by some years. The clinical impression of neuropathy with distal weakness, amyotrophy and areflexia in one case and stocking hypaesthesia with absent lower limb reflexes in the second case, was supported by nerve conduction studies in both and sural nerve biopsy in one, the findings indicating an axonal degeneration rather than segmental demyelination. The family history suggested that the disorder is transmitted as an autosomal dominant trait with high penetrance.
An association between post-encephalitic Parkinsonism and spinal muscular atrophy is well recognised,9 and sporadic'0-13 and familial cases'4 that appear to lack an encephalitic aetiology are also recognised. The difficulties in determining whether a disorder gives rise to anterior horn cell loss (neuronopathy), a selective distal degeneration of axons (distal axonopathy) or a primary demyelinating process in the peripheral nerves are considerable, unless the peripheral nervous system is examined at several levels. As a consequence the neuropathological basis of the amyotrophy in reported cases is not always clear. Biemond and Sinnege15 described three patients in one family with prominent extrapyramidal signs and ataxia, areflexia and amyotrophy of variable severity, in one of whom slight degeneration of anterior horn cells was seen at necropsy. The motor roots and peripheral nerves were not examined and the authors acknowledged that a peripheral neuropathy had not been excluded. Biemond 
